Sinus histiocytosis with massive lymphadenopathy is a weli recognised, but rare cause of lymphadenopathy in the first decade of life.
non-specific infections or infections such as cytomegalovirus, Epstein-Barr virus, rubella, mycobacterium tuberculosis, and brucella.
The prognosis is good with a mortality rate of 7%2 and a spontaneous remission rate of 20%. There is no specific treatment for the enlarged lymph nodes.
Case report
The clinical features and laboratory investigations of the three patients are summarised in the table.
The patients were under 10 years of age and black. The history before presentation varied from three weeks to two years. The prominent feature in all three cases was appreciable cervical lymphadenopathy. In one patient the cervical nodes were smaller but there was prominent swelling of both lower eyelids and temporalis muscles. This patient also was physically and mentally retarded.
All had a raised erythrocyte sedimentation rate and platelet count. None was anaemic and two patients had a neutrophil leucocytosis. The total protein and the gammaglobulin in all three patients was increased and the raised gammaglobulin was of the IgG and IgM class.
No lymphadenopathy was evident either on radiographs of the chest or computed tomography of the mediastinum. The tuberculin skin testing was negative in all three patients.
Lymph node biopsy was performed under general anaesthesia. In all three this showed the One child has been lost to follow up. In the two patients who have been followed up for one year the lymph nodes have decreased in size without treatment. The child with the extra nodal involvement has also shown some resolution of his disease.
Discussion
There are to date more than 400 cases of sinus histiocytosis with massive lymphadenopathy registered in the registry at Yale Univqrsity.1
Cases have been described from all continents. The three patients with the SHML described in this report show many of the clinical features as described in the literature. -4
The ages ranged from 1-3 years to almost 9 years of age. This is the typical age range of the disease as described previously. Fever is a prominent feature in some cases and two of our cases were feverish. No definite cause could be found for the mental retardation and short stature in one patient. Short stature has been described occasionally in SHML. 1 The results of laboratory investigations have been described in detail in the literature. [1] [2] [3] [4] [5] The three patients reported had a raised erythrocyte sedimentation rate, two had a neutrophil leucocytosis, and the third had a normal white cell count. Anaemia is mentioned in some case reports1 35 but was not present in any of our patients. Other haematological abnormalities include haemolytic anaemia and hypochromic microcytic anaemia. ' The three patients reported had an increased platelet count, an abnormality not previously documented in the literature. Immunological abnormalities have been described' 2 7 and a reversal of the TH:TS (T lymphocyte helper to suppressor) cell ratio was noted. Only one of our patients had an abnormal TH:TS ratio. None of three patients had a history of abnormal infections as described by Sneige and Batsakis.2 Abnormalities in the serum proteins have also been described. 1 The albumin is often low and other serum proteins may also be abnormal. In the three cases reported the albumin was marginally reduced and the immunoglobulin IgG and IgM concentrations were significantly raised.
The histological features of SHML have been described in detail previously. i5 There are classical histological features regardless of the nodal or extranodal sites. The most prominent cells are histiocytes, which show appreciable phagocytosis. This phagocytosis is more prominent in the lymph nodes and involves lymphocytes, plasma cells, and other cellular debris. Other cell lines that are seen include lymphocytes and plasma cells. In the lymph node there is dilatation of the sinuses that is filled with the histocytes, and in the extranodal sites they arrange themselves into cords or nests to create the illusion of sinuses. i-Fibrosis is often more prominent in the extranodal sites. The histology of the cases reported here showed the above features. The differential diagnosis on histological examination includes the following disease entities: metastatic melanoma, Hodgkin's disease, a variety of infectious diseases, and Langerhans' histiocytosis. In practice the most common problem is to distinguish SHML from focal nodal sinus hyperplasia that results from a wide variety of agents.'
In most cases treatment is not necessary as SHML is usually not life threatening or damaging to organ function. There is no specific treatment for the disease and some cases have been treated with systemic immunosuppression,48 9 local excision,4 9 and even with radiotherapy. 4 Other schools make the mistake of stressing 'the singular importance of their own method'. Dr Katona's school, of course, would never do such a thing. Modesty would forbid it. But if you would like to attend a seminar in London, go on a six day course in Budapest, or subscribe to the newsletter, they will be prepared to share their internationally reputed (on paper) excellence with you. But only if you want to. Is my temporal lobe misbehaving or do you get that dejai vu feeling too?
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